racts, a depressed nasal bridge, small stature and multiple skeletal deformities result from the associated chrondrodysplasia punctata.
The Conradi-Hiinermann syndrome has in common with the patient we report a disorder of ossification and ichthyosis, but is distinct from the clinical picture reported here. We therefore propose that our patient presents a new syndrome of ichthyosis of hitherto undescribed type occurring in association with osteopetrosis. Further reports will be necessary to clarify its mode of inheritance.
Extramammary Paget's disease (EMPD) is a rare condition and may be difficult to diagnose. The patient reported here had multi focal EMPD -an extremely rare presentation -and due to the extent of his disease, initial management proved to be a considerable problem. Surgical excision is the treatment of choice. A greater awareness of this condition leading to earlier diagnosis would clearly facilitate the management of EMPD. matous macular lesion in the right groin which spread slowly to involve the scrotum and left groin. .The lesions became raw, with weeping and discomfort. Topical application of corticosteroids and antifungal agents did not control the disease. In March 1981, a polypoid tumour which had appeared in the right groin was excised and histology revealed an adenocarcinoma of probable skin appendage origin with Pagetoid spread at its edges. When first seen by us in September 1981, several well-circumscribed, erythematous, oozing lesions affecting the groin, scrotum and right axilla were present ( Figure I) . Biopsies from the groin, scrotal clefts and right axilla all showed features of EMPD ( Figure 2) .
Case report
The opinions of both a plastic surgeon and a radiotherapist were sought. Plastic surgery was initially ruled out because of the patient's frailty and the extent of resection required. The radiotherapist declined to treat this patient as radiotherapy is not of proven value in EMPD and would have led to severe discomfort. A limited trial of cryosurgery was therefore commenced as all the lesions were in a macular phase with no apparent lymph node involvement. However, one month after commencing cryosurgery, recurrence of the previously excised tumour in the right groin led to a second surgical opinion culminating in excision of all affected areas. The patient was still free of disease six months after surgery.
Discussion
EMPD was described by Crocker in 1889, and is usually only correctly diagnosed following histological examination of a biopsy specimen. The clinical differential diagnosis includes superficial fungus infection, eczema, leukoplakia, Bowen's disease and superficial basal cell carcinoma (Jones et al. 1979 , Sanderson & MacKie 1979 .
The pathogenesis of EMPD is uncertain. Jones et al. (1979) concluded that EMPD usually starts in the epidermis as an adenocarcinoma and extends from·there into the adjacent epithelium of hair follicles and eccrine sweat ducts, with only occasional cases showing further spread into the dermis. They considered that EMPD only rarely results from the direct extension into the epidermis of an adenocarcinoma from an adjacent organ, such as the gastrointestinal or genitourinary tracts, and did not believe that EMPD is analogous biologically to mammary Paget's disease in which an origin in breast ducts is usually seen. These views contradict the more traditional explanation of the pathogenesis of EMPD in which it is postulated that, in a significant number of cases, secondary spread occurs into the epidermis from an adenocarcinoma arising from a subjacent sweat gland (Lever & Schaumburg-Lever 1975 , Sanderson & MacKie 1979 , Wallace & Hyman 1979 .
The treatment of choice for EMPD is surgical excision of the affected areas (Jones et al. 1979 , Sanderson & MacKie 1979 , Wallace & Hyman 1979 . Paget cells may extend horizontally within the epidermis beyond clinically obvious EMPD (Jones et al. 1979 ) and thus, if local recurrence of the disease following excision is to be avoided, multiple punch biopsies taken from the periphery of lesions of EMPD prior to surgery would be useful in more clearly delineating the extent of horizontal spread of the disease (Jones et al. 1979) . The depth of excision and the need to remove adjacent lymph nodes depends on the degree of spread of the process and clearly, in appropriate circumstances, every effort should be made to identify an underlying malignancy. 0141-0768/83/050427-02/$01.00/0
